Abstract
A retrospective study was undertaken of 120 children with systemic lupus erythematosus (SLE) seen in Paris and its immediate suburbs who fulfilied at least four of the American College of Rheumatology diagnostic criteria for SLE, and in whom the disease was diagnosed before the age of 16 and between January 1975 and December 1987. Eleven of these children (eight girls and three boys) all more than 10 years of age (mean follow up 8-1 years; range [3] [4] [5] [6] [7] [8] [9] [10] [11] [12] [13] had thrombotic episodes (9%). Thrombosis was one of the presenting signs in seven patients; in five it was associated with typical symptoms of SLE, and in the other two the thrombotic episode was isolated and diagnosis of SLE was delayed one and three years. Of a total of 16 thrombotic episodes (six of which were recurrent), 14 involved the leg veins, and in four there was associated pulmonary embolism. There were two episodes that affected cerebral arteries. The American College of Rheumatology diagnostic criteria for SLE as weli as the incidence of lupus anticoagulant, positive direct Coombs test, and vasculitis in this group of patients was compared with the incidence in patients with SLE but no thrombosis. Only lupus anticoagulant was significantly associated with thrombotic episodes: eight of 11 (73%) of patients with SLE and thrombotic (arterial or venous) episodes had lupus anticoagulant compared with only 10 of 74 patients (14%) with no history of thrombotic events in the same age group.
Arterial and venous thrombosis in the absence of certain risk factors (infection, operations, and vascular abnormalities) are exceptional in children. Case reports have been published about thrombotic episodes in children with systemic lupus erythematosus (SLE).1-7 Because large series of children with SLE hardly mention thrombotic complications it is not possible to evaluate their prevalence or associated clinical and laboratory features in this age group. Venous and arterial thromboses are important in adult SLE, but it is difficult to evaluate their incidence because series are not always comparable. In a prospective study, Alarcon Segovia et al followed up 500 patients with SLE and found that 43 had thrombophlebitis (recurrent in 14) and 16 had arterial occlusions.8 The leg veins were the most commonly reported site.9 Arterial thromboses are less common, and they usually affect the intracranial or extracranial cerebral arteries, in particular the territory supplied by the middle cerebral artery.'0
In this paper we report the incidence of thrombotic episodes in a large series of children with SLE, and examine other clinical and laboratory features of SLE that may occur in association with these episodes. 3-13 years) . Two girls were sisters (cases 6 and 7); they have been mentioned elsewhere. 3 In seven children the thrombosis was one of the presenting symptoms. In five it was associated with typical symptoms of SLE, while in two it was isolated, and the diagnosis of SLE was only made one year (case 3) and three years (case 11) after the onset of disease. Six patients had only one thrombotic episode each, but five had more than one: recurrent venous thrombosis (n=4), venous thrombosis and pulmonary embolism (n=2), and arterial and venous thrombosis (n= 1). Of a total of 16 thrombotic episodes, 14 were in leg veins, and in four instances they were associated with pulmonary embolism. Two affected the territory of the middle cerebral arteries. Nine patients had venous thrombosis of leg veins: superficial veins (n=5), both superficial and deep veins (n=2), and deep veins (n=2). Deep venous thrombosis was confirmed by phlebography and pulmon- three years later. All these patients had positive lupus anticoagulant and were treated with anticoagulants in addition to corticosteroids. A 5 year old girl reported by Appan et al had SLE with haemolytic anaemia as the presenting symptom followed a year later (when corticosteroid treatment was interrupted) by multiple arterial thromboses of the brain and retina and peripheral venous thrombosis of both hands and feet. She had a positive lupus anticoagulant.6 Recently renal artery thrombosis and hypertension with positive lupus anticoagulant were reported in a 13 year old girl with SLE.7 She also had neurological symptoms and a computed tomogram suggestive of cerebral thrombosis. She was treated with prednisone, antihypertensive drugs, and anticoagulants and her condition was satisfactory. No deaths were reported by these authors. In our series three patients died, none from complications of their thrombotic episodes.
We also described two other patients with thrombotic episodes who did not 
